was no history of trauma. A chest radiograph showed a left pleural effusion (fig 1) . A plain computed tomographic (CT) scan showed a left pleural effusion with high density areas Abstract suspicious of blood. There was no evidence The case history is presented of a 61 year of an aneurysm. Numerous subcutaneous old man with von Recklinghausen's disease tumours were seen on the face, trunk, and who developed a spontaneous haemo-limbs. There were no abnormal neurological thorax. In spite of being asymptomatic findings although there was tachycardia for five days after drainage, he died as a (170/min) and the blood pressure was 120/ result of fatal sudden re-bleeding. The post 80 mm Hg. Atrial fibrillation was observed mortem examination showed dissection on the ECG and the haemoglobin level was and rupture of the left subclavian artery. 11.2 g/dl. Microscopically, disarrangement of An intercostal drainage tube was inserted and smooth muscle and decrease of elastic approximately 1000 ml of blood was removed. fibre was observed in the ruptured artery. After drainage the serous bloody discharge deHaemothorax in patients with von Reck-creased to below 100 ml per day. Radiologically linghausen's disease may require thora-there was no evidence of an increase in the cotomy, even if the condition of the patient pleural effusion. appears to be stable.
relation to the diameter of the vessels: the larger change of the artery occurred in one. The other cases, including the present one, showed no vessels such as the aorta, carotid, and proximal renal arteries which are surrounded by neuro-neurofibromatous proliferation. Surgery was performed in 10 patients. However, in two fibromatous or ganglioneuromatous tissue in which intimal proliferation, thinning of the patients surgery ended in exploratory thoracotomy. Half of the patients, including the cases media, and fragmentation of elastic tissue leading to stenosis or aneurysm formation may be of exploratory thoracotomy, died due to blood loss. Among those undergoing thoracotomy found, and smaller vessels not related to neural malformation but showing a dysplasia of the there were cases in which the bleeding vessel was too fragile to suture so ligation, bypass, or vessel, classified into the aforementioned five types.
replacement were chosen. The prognosis was poor in cases when the time from onset of Two hypotheses for rupture of a major artery bleeding to shock or loss of consciousness was were proposed by Leier et al.
2 Firstly, the short -that is, when the blood loss was massive. neurofibromatous invasion of the media may
In the present case the time from onset of rereduce the strength of the vessel wall and, bleeding to shock was too short for his life to secondly, tissue may compress the vasa be saved. As the blood pressure was maintained vasorum of the large artery, resulting in a at the first rupture and a fair condition was weakened segment of the artery secondary to maintained for five days, we should have had ischaemia. Neurofibromatous proliferation was enough time to examine the ruptured artery. If not observed in the vessel walls nor in the patients with von Recklinghausen's disease who surrounding tissue in our patient, so rupture of develop haemothorax are in shock, immediate the artery was not related to neurofibromatous thoracotomy is required. If angiography reveals invasion. Moreover, the pathological findings the ruptured artery, embolisation should be of our case did not differ from those previously undertaken to control the bleeding temporarily. reported. The disarrangement of smooth However, urgent exploratory thoracotomy is muscle and the decrease in elastic fibre were needed in order to avoid re-bleeding even if considered to be congenital malformations. the patient's condition appears to be stable. There have been only 12 spontaneous haemothoraces in patients with neurofibromatosis 1944;7:168-236. and the neurofibroma in five of them. Neuro-4 Feyter F. Uber die vasculare neurofibromatose, nach unterfibromatous invasion of the vessel wall was occurrence in Japan.
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